A family study was carried out to clarify the problem of two separate muscle disease phenotypes in a large consanguineous pedigree. These were a severe limbgirdle type muscular dystrophy and a mild late onset distal myopathy. Thirtytwo first degree and 14 other relatives of 18 previously examined index patients were available for clinical examination. Twenty-three subjects underwent computed tomography of the lower leg muscles. No new cases of limb-girdle type muscular dystrophy were found. Distal myopathy was diagnosed in 14 subjects, 10 first degree relatives and four other relatives. Segregation analysis showed that the corrected proportion of affected with the severe proximal type was 0-246 and the proportion of affected with the distal myopathy was 0 58. Pedigree analysis is compatible with the possibility that the mild, late onset distal myopathy is caused by a dominant gene and that the limb-girdle type may be expressed in homozygotes. 
Despite the recent achievements in the molecular genetics of X linked' and FSH2 muscular dystrophies, there is still much confusion regarding the concept of limb-girdle muscular dystrophies.' Hereditary distal myopathy has been described in Sweden7 and appeared to be a homogeneous entity. Subsequent reports suggest a wide range of manifestations in the group of distal myopathies.8r"
The observation of both these phenotypes in a large inbred family was recently reported by us. '6 Eight patients suffered from a severely disabling proximal muscle weakness and atrophy compatible with the limb-girdle type of muscular dystrophy. Ten patients had a late onset distal myopathy, usually confined to the lower leg muscles and with anterior tibial muscle weakness as the characteristic feature. There were dystrophic changes without specific findings in the muscles in both the proximal and the distal myopathy gical findings, and the mode of inheritance. In this family the pedigree analysis was complicated. The kindred is highly consanguineous and there are two separate phenotypes involved. The distal myopathy is confined to the older age groups, and in the majority of the affected persons symptoms of muscle weakness were so insignificant that they were not recognised by them. Some subclinical cases might have remained unnoticed if diagnostic methods other than clinical examination had not been performed. Computed tomography of muscles proved effective in indicating abnormalities of skeletal muscle. Diagnostic changes compatible with fatty involvement in the lower leg muscles were also found in three subjects with normal findings on clinical examination.
The results of the present study of 
